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~J~ groups ~d neas~mcant camparaUe hemedynam~ cl~Uos d~ng H 
ancl ISDN and H inwered the PaCO~ to < 25 mmHg in a, pts. Them wea 
no d~emnce in baseline dlanmters among the 3 groups. Percent luminal 
diameter constitution cludng H and subsequent dilatation after ISDN for the 
3 coronary sega-,~s were (mean 4- SD): 
O-CHP ND-CHP VA 
Constl~¢~o~' 14.13 # 16.18 # 244-11 
Og,Mation 354-23 184-15" 30:t:21 
#p < o.o5 flora VA; "p < 0.01 from D-CHP and VA 
We conclude: 1) CHP do not develop coronary aNe~ spasm induced 
by H, and show no vasoconsffictor esponses similar to pts with VA. 2) 
Non-emlotelial dependent coronary vasedila~on at the eplcan~ial level is 
attenuated In CliP with no carc~c dilation, but nof in those with carc~.  
:3) lmpalred coronary vasomoUon may be an important early pathogenetic 
mechanism in Chagas' heart disease. 
~ Congenllal Spongl form Cardlomyopathy ~ A 21 
Year Expedence 
Sal~ne Kleinert, adan Edls, Robert G. Welrdraub, James L Wifldnson, 
Luigi d'Orsngne, Chung-Wo Chow, Samuel Menahem, "riow H. Goh, 
Lance Fong. ~y# Ct,~Uren~ Hosp~/, Meroo.me, 4use~ 
The presence of "spor~ (fetal) m ~  in post-natal life has rarely been 
clascdbed in patients with congenital heart disease. We clescn'be catheteri- 
sation findings and the clinical course of 7 pa~ents with primaw spongitorm 
card~myopathy and otherwise nomad cardiac arBtomy. 
All seven patieofs ixesentecl with congealive heart fallme (CHF) at an eady 
~je (range: 7 days-2.5 years) and were tound to have a characteristic ap- 
pearance of the left vealdde on ang~,~va~,y without othor stnctural caro~ac 
abnormalities° In each case the left veatdcle was of small volume, with a 
smooth walled venbicular septum and a ' spon~"  apical portion consist- 
Ing of mull~le fine ~rabeculae and involving a vadable portion of the frea wall. 
LV systolic function was iniUafly normal in 4, mikJly impaired in 2 and severely 
impo]md in the remaining child (echo FS: 5%). At cardiac catheterisa~on all 
cNIdmn had mad<ed{y increased LV end-dlaetol/c pressm'es (range 17-37 
mmHg) with normal RV end-dlastorm pressures. Endomyocarcl~ biopsies 
in 4 children demonstrated mild irregularity of the myocan~al nuclei with- 
out ~ crmarr~ or evidenco of storage clisease. AI~ 7 patients in,~ly 
Improved with mecli~d therapy and were followed for 1.2~21 years. Dudr~ 
this time, two children clind suddonty 7 and 8 months after pmsentaUon, ancl 
one cblkl undenma~ heatt4ung tranuplanta~on at 14.5 years. Pathological 
examination of each head conf'mmed the angiogmphic and biopsy fimrmgs. 
Two of the 4 remaining patients continue to require medical therapy. 
Congenital spongHorm cardiomyopathy is a distinct crmicai envy whose 
etiology is unknown. Congestive heart failure is frequent in early life and 
the accompanying hemodynamic distudoance may resemble that of either 
restric~e or dilated cardmmyopathy. Spontaneous clinical improvement de. 
spite an unchanged LV appoamnce may be due to poslnatal remodelling of 
uninvolved myocardtum. 
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1 1 034-1091 Surgl~l Validation of the Accuracy of 
Multlplane Trarme~aphageal Eohocardlogmphl¢ 
P lan imet~ in the Q u a ~ n  of Anatomic 
Aortio Valve Orif loe Area in Patients With Aortl~ 
StenoMs 
Ravi Kasliv~. Rajesh Rohatgl. Pravear ~ Nmesh Trebe~ 
Natesa Panclia,. Escom Heart Inst & Res C~. New De/h/. Ino~ Tufts-New 
Eng/and Med Confer, Boston, MA 
Previous studies have shown that ~ valve area (AVA) measured by 
p~mlmetw in the multiplane tmnsesophageal e d ~  (TEE) int- 
agea of the valve In palkmts (pts) wMt aodlc stenosts (AS) conelatea well to 
that determined by Godin formula (GF) bern invaslve data and by 
continuity equation. However how accurate TEE planimeW is in qua l~ 
actual anatorn~ (surgical) AVA has not been validated. To assess this, we 
measmed AVA in 35 consecuUve AS pts by TEE pisntnleW within a week 
pdof to su~e~y. At surgenj, the amtic valve was removed in toto, and AVA 
directly measured by a blinded obsewer either using DeBakey's dgatom (7 
pts with nearly clrc,lar o~ea) or measudng from the odl~e bordom of the 
spot,men on a graph sheet (28 pts with irregular shaped o~) .  
TEE AVA was compared to ~a! measured at surge~ (Surg AVA). Surg AVA 
was also compared to invasive GF data. Results: Mean Surg AVA (sqcm) 
was 0.733 :b 0.12 and TEE AVA 0.716 ~ 0.14 (p = hiS). TEE AVA (v) cor- 
related well with Surg AVA(x): y = 1.007x + -0.022. r = 0.91, p < 0.0001. 
Bisnd-Ntman analysis showed a mean difference of onty 0.02 ± 0.06 sqcm. 
The correlation between Surg AVA (x) and GF area data was y = 0.76x + 
0.16, r - 0.72, p < 0.0001 wi~ a wider spread on Bland-Airman analysis. 
Conclusion: This study dentonstrates that TEE planimetry pn3vio~ highly 
accurate quarttification of aorl~c valve area in pts with aortic etenosis, and is 
superior to invasive Godin formula method. 
11.034-110 1 ..The .Jet Centedine Veloclly Decay Method for 
" monmveaive Cal,=ulatlon of  Aortic Regurgitanl 
Volume 
Russeg S. Heindch, Michael Jones, tzumi Yamada, Jennifer McGhea, 
Takahiro Sblofa, Ajit P. Ynganethan. LAMS-NHLBI Bethesda, MD, Georgia 
Tech, A~anta, GA 
The jet centedine velodty decay method has shown potential for noninva- 
sive quantitation of valvular eg~ flow rate. This technique was cdtically 
evaluated in an anlmal rnodel of aortic regurgitatinn with the goal of detennin_ 
ing its clinical applicability. In 8 upen-chest sheep, with va~ng hemod~ 
conditions (38), calculations of the jet contedine velocity decay method were 
compared to eiscb'omagnetic flow probe measurements of regurgitant flow 
role. Jet contedine velock'y measurements were performed with color-guided 
Doppler ultrasound using a Vingmed 775 scanner. When the regu~t  jet 
~ the aofedor leaget of the mitral valve (group I), the flow fete calcula~on 
closely correleted to the measured flow rote (Qc~ = -0.03 + 0.SQ~as, r = 
0.90). When the jet struck the venldcolar septum (group II) the con~alJon 
was similar (Qca= = 0.77 + 0,74Qmeas, r = 0.86) but the mean error was 
greater (0.8 :I: 0.7 liters/minute for gToup I and 1.5 :E 1,6 for group II). 
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Th~ study successful~ ~ the accuracy of the let cemdine 
velodty techniqne for quat ra in  of aortic mgu~g~ation Inan anima~ model. 
Using curmof e c ~  Instruments a clinical meOxxk:aogy can be 
impismaofed with con~nous and pulsed were Doppler u.rasound guided 
by COlor DOI~ imagea of aodJc regur~ jeis. 
11034"1.11 I Umltat ions of  Using Doppler Powe¢ Weighted 
Mean Veloeitiea for Measuring Aort ic 
Flegurgltant Flow Volume in Vitro 
L LuAnn Minich. George M. Paofains. Uoyd Y. Tani. A. Rebecca Snlder. 
P~mmy ~ Me~al  Comer and me ~ of Utah, Sa~ Lake 
C~,UT 
Ooppler pow~ weighted maan veloddes (PWMV) beve 10ean used to mea- 
sure flow volume (vol) beth in vitro and in vivo. To asseas the value of PWMV 
for quanlitoting regmg~am vol, reveme gow vol was ~ in a putsa6in 
flow-tank system equippod v~lh a size 27 Medlmnic Hall" valve in the aorUc 
~ Regurgilant odfices of 2.7, 3.g, and 5.6 mm were used. Vol was 
measured x 2 for each odfice at healt rates of 60, 70, and 80 putses/mtn and 
mean mtodal ixessums of 40. 60 am180 nu,Hg usl, g upslmam insoneting 
angus of 0g and 4Sg (~o~ ram= I08). Ur~son~ transit-time sow Ixobe 
mecqtneme~s of regu, gilm~ vol were mede slmultanoous with PWMV mea- 
surements from pulsed OOplder echo (sea~ size lindted to the size of the 
regurgitant orifice) using a 3.0 MHz tmnsdocor. Probe vol and Doppis¢ vol 
correlated we, tor each flow pmlge dermed by a given pube rate and mean 
arterial pressure mm0as the rasge of odfice sizes (r = 0.93-0.99, p < 0.01) for 
both OQ and conected 45~ angles. Whea all orifice slzea and hemedynamic 
coedilio~ were con~ned, alUoJgh the correlation remained significant (p 
< 0.01), t~e r value decreased to 0.81. Each set of hemodynamic onditions 
and each inseaating angle generated a different correlation equation (sl~oes. 
0.47 to 1,72; y-k~rcupts -0.26 to -1.53 Ik'em/mtn). 
The, a l t~ PWMV mgu~ vol c o ~  w~ll with flow ixobe regur- 
